Right ventricular dysplasia is a little understood condition and is almost certainly underdiagnosed as an important cause of recurrent ventricular tachycardia and sudden death. This report describes two patients with right ventricular dysplasia. Their clinical presentation reflects the remarkable diversity of the disease while the potentially lifethreatening nature of their arrhythmias and their lack of response to medical treatment justified the antiarrhythmic surgical procedure of right ventricular disarticulation. (Br Heart J 1993;69:158- We did further electrophysiological studies to determine whether surgery or an implantable defibrillator was indicated. For this study catheters were placed in the right ventricular outflow tract, mid right ventricular septum, and in the upper posterior septal region of the left ventricle. Ventricular tachycardia was induced on three occasions from the left ventricle and three separate tachycardia configurations were seen. Two of these were successfully 158 group.bmj.com on July 7, 2017 -Published by http://heart.bmj.com/ Downloaded from
Arrhythmogenic right ventricular dysplasia (ARVD) is a well recognised cause of sudden death in the young. ' The term was first used by Frank et Recent data suggest that the condition may be inherited as an autosomal dominant with variable extension and penetrance.9 The father of our first patient was less than 40 years old when he collapsed and died while out walking. He had had one previous syncopal episode from which he had recovered. No other data are available.
The optimal management for the arrhythmias of right ventricular dysplasia is not established. Antiarrhythmic drugs are an appropriate first choice but they have only moderate efficacy. This may reflect the fact that ventricular tachycardia arises from a large stable reentrant circuit, the electrophysiology of which must be considerably changed if arrhythmia control is to be achieved. Partial and total right ventricular disarticulation are surgical procedures that electrically isolate the arrhythmogenic right ventricle from the rest of the heart.4' 5 World experience of the operation is as yet limited but early results are promising.'4 In our two patients, medical treatment did not control life-threatening events and surgery offered the best management option. Subsequent follow up suggested that the management decision has been a good one given that both patients are alive and well and free of arrhythmias. 
